Histidinaemia is an autosomal recessive condition in which there is a deficiency of histidase and persistently raised blood levels of histidine. Family studies show a wide variation in the clinical picture from complete normality to severe retardation. The association between the biochemical condition and any neurological abnormality could be coincidental. In the present study, infants with raised histidine levels by Guthrie technique were followed without dietary treatment. In the first year 110,000 infants were screened and 10 had persistently raised histidine levels (i.e. incidence 1 in 11,000). The 
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